N odular fasciitis (NF) is described as a benign, reactive, tumor-like lesion composed of fibroblasts and myofibroblasts. 1, 2 It typically occurs in the extremities and the trunk. 2 The incidence of NF in the head and neck region is 13−20%. 2−4 The exact etiology of the lesion is still unknown. However, preceding trauma is accepted as an important etiologic factor, but it is not present in every case. [5] [6] [7] It appears as a firm, solitary nodule with an average diameter of 1−5 cm. It may extend into the subcutaneous tissue and the muscles. 8, 9 Because of its rapid-growing nature, clinically it is frequently misdiagnosed as an aggressive or a malignant lesion. 5 This makes it important to diagnose NF correctly.
Here we report a case of NF located in the neck mimicking an invasive mass of the thyroid gland.
C A S E R E P O RT
An 82-year-old woman was admitted to the emergency department with a one-month history of progressive shortness of breath. In the emergency room, a tracheostomy was performed and an invasive mass to the trachea, thought to evolve from thyroid gland, was discovered.
The clinical findings prompted us to think about the following differential diagnoses: thyroid malignancies, soft tissue malignancies, and malignant trachea tumors. An incisional biopsy was done. Two biopsies with diameters of 1 cm and 5 cm were taken. They were solid, firm, and grey-white in color.
Hematoxylin and eosin (H&E) stained slides were prepared and immunohistochemical (IHC) panel for vimentin (VIM), smooth muscle actin (SMA), desmin, CD10, CD34, CD68, leukocyte common antigen (LCA), chromogranin, S-100, cytokeratin (CK), B-cell lymphoma 2 (Bcl-2), thyroid transcription factor-1 (TTF-1), epithelial membrane antigen (EMA), calretinin, and calponin were performed.
Microscopic examination of the H&E slides revealed plump, spindle-shaped cells with oval, pale-staining nuclei, and prominent nucleoli arranged in short, irregular bundles and fascicles intermixed with adipose tissue in myxoid and some fibrous matrix [ Figure 1 ]. Some nuclei showed hyperchromasia, pleomorphism, and mitosis. Extravasated erythrocytes, well-formed capillaries, and multinucleated giant cells were also present. VIM, SMA [ Figure 2 ], calponin [ Figure 3 ], and CD10 [ Figure 4 ] were positive confirming NF. Nodular fasciitis is a benign, reactive, tumor-like lesion composed of fibroblasts and myofibroblasts. It typically occurs in the extremities and the trunk. Head and neck localization is 13−20%. As it grows rapidly, clinicians frequently misdiagnose it as an aggressive or a malignant lesion. Some lesions show moderate cellularity, mild cellular atypia, and mitosis histologically causing pathologists to over-diagnose the lesion as a malignant tumor. It is important to diagnose nodular fasciitis correctly to avoid unnecessary additional surgery and treatment. We report the case of an 82-year-old woman who was admitted to the emergency department with a one-month history of progressive shortness of breath. We found a mass in the patient's neck, invasive to the trachea, which was the cause of her symptom. Complete radical surgery of the mass with the larynx was impossible due to her general status. The mass was treated by local radiotherapy; however, no regression was seen in the size of the mass. The patient is still on follow-up with only symptomatic medical support for airway obstruction.
CD34 IHC showed many capillaries through the lesion.
As the lesion was invasive to the trachea, it was not possible to excise only the mass, and a total laryngectomy had to be performed, but the age and general status of the patient was not suitable for a major operation. An intralesional corticosteroid injection was administered; however, no response was obtained.
To prevent progressive shortness of breath, (17 dose) radiotherapy was given to the patient as a last resort treatment, but a major response was not seen in the mass. The therapy was terminated as the general status of the patient worsened. She is now followed-up without any therapy.
D I S C U S S I O N
NF is a benign soft tissue lesion composed of tumorlike fibroblastic and myofibroblastic proliferation. It is also known as subcutaneous pseudosarcomatous fibromatosis, infiltrative fasciitis, or proliferative fasciitis. 10, 11 The etiology is still unknown, but it is thought to occur due to the unusual proliferation of myofibroblasts triggered by local injury or inflammatory process. 8, 11 Although NF may occur in patients of any age, it is most common in adults 20 to 40 years old. Only 14% of the patients are < 10 or > 60 years old. The sex distribution is equal. 4 Although it may occur virtually anywhere on the body, the majority of the cases present as superficial soft tissue masses in the extremities or trunk. Only 13−20% of cases occur in the head and the neck region. [2] [3] [4] NF has also been reported in a variety of unusual locations, including the parotid gland, external ear, oral cavity, breast, and lymph node capsule. 4 It is one of the most difficult lesions to diagnose because it can be confused with spindle cell sarcoma, fibromatosis, fibrous histiocytoma, nerve sheath tumors, and pleomorphic adenomas. It has a short history, rapid growth, marked infiltrative margins, and similar histopathological appearance. 2, 11 It usually presents as a solitary, painless, and rapidly growing nodule of less than three months duration with a diameter of 1−5 cm. 8, 11 The macroscopy of NF is dependent on the relative amounts of myxoid, fibrous stroma, and the cellularity of the lesion. It is nonencapsulated; however, most are well circumscribed, particularly those located near the deep fascia, which infiltrate the surrounding soft tissues.
NF has three subtypes according to its relation to the fascia: subcutaneous, intramuscular, and fascial. The most common form is the subcutaneous type, which is a well-circumscribed spherical nodule attached to the fascia, growing upward into the subcutis. The intramuscular type locates in the muscles as an ovoid, larger mass, and attaches to the fascia. The fascial type locates along the fascia and it is the least well-circumscribed as it grows along the interlobular septa of the subcutaneous fat. 4 All NF types are composed of plump, immatureappearing fibroblasts and myofibroblasts arranged in short, irregular bundles and fascicles in a fibrous and/or myxoid stroma. The cells have oval, pale nuclei with prominent nucleoli. Typical mitosis are common. Some lymphoid cells, erythrocytes, well-formed capillaries, a small number of lipid macrophages, and multinucleated giant cells can be seen through the lesion. 4, 8, 11 Sometimes a few histologic variations can be seen in the subtypes. The intramuscular type may contain residual atrophic muscle fibers and muscle giant cells. In the fascial type, cells may arrange in a radial fashion around a central, poorly cellular, edematous area containing mucoid material and fibrin. The microscopic appearance changes according to the preoperative duration of the lesion. Younger lesions tend to have predominantly myxoid stroma, whereas old lesions have hyaline fibrosis, tissue shrinkage, and minute fluid-filled microcysts. In cases of long duration, when the microcysts fuse and form a large centrally located cyst, the lesion can be named cystic NF. 4 In the immune profile of NF, myofibroblasts stain for SMA, muscle-specific actin (MSA), and VIM. Desmin is rarely expressed, and S-100 and CK are negative, different from neural and epithelial lesions. 4 Morgen et al 12 stated that calponin, CD10, and protein gene product 9.5 (PGP9.5) were positive in their cases of head and neck NF in addition to SMA. We also found that calponin and CD10 were positive in our case staining fibroblastic or myofibroblastic cells. h-Caldesmon expression can be used to distinguish smooth muscle from myofibroblastic proliferation, and β-catenin may be useful as it is expressed in fibromatoses different from NF. CD56 can help to rule out neural tumors, leiomyoma, leiomyosarcoma, and low-grade myofibroblastic sarcoma in which the marker is often positive. 12 As in our case, NF can cause emergencies depending on the localization of the lesion. For instance, rapidly growing NF originating from the external auditory canal may cause obstruction, pain, and drainage, 13 and NF localized in pelvis, retropubic space may cause cystitis-like symptoms and macroscopic hematuria. 14 The preferred treatment for NF is local excision. recurrence is rare as it has a good prognosis and metastases do not occur. rare spontaneous regression and rapid resolution with intralesional corticosteroid injection in lesions that cannot be excised completely have been reported. 8, 9, 15 In addition, radiotherapy has been reported to be the last therapy option for this disease in other vital organs such as the eyes. 16, 17 In our case, the lesion was attached to the thyroid gland and caused depression of the trachea resulting in progressive shortness of breath. The clinicians believed the lesion was an aggressive tumor originating from the thyroid gland, the trachea, or soft tissues.
C O N C LU S I O N
NF is a histologically and clinically diverse lesion that creates diagnostic confusion as it can behave like an aggressive malignancy. Histology-based differential diagnoses includes a large number of lesions and tumors especially when the lesion contains more mitoses, giant cells, mild nuclear atypia, and hypercellularity. Clinicians should remember that NF may cause airway obstruction in a similar way to an aggressive malignant tumor. Thus, it is important to diagnose NF correctly to avoid unnecessary additional surgery and treatment.
